Introduction ▼
Patients suffering from a rare disease run the risk of early death without adequate treatment. For the attending physician it is of prime importance to recognize typical symptoms and characteristics of a rare disease, especially if it is curable.
Whipple's disease is a rare disorder, which, absent therapy, leads to the patient's death. If recognized in time, the patient can recover completely.
In 1907 George H. Whipple initially described a slowly progressing disease exhibiting the triad of weight loss, chronic diarrhea and polyarthritis. In the autopsy, the wall of the small intestine exhibited mononuclear cell infiltration. The significantly increased lipotropism in the intestinal lymphatic tissue justified the description as "intestinal lipodystrophy"; a lipid metabolic disorder was assumed (Whipple GH. Johns Hopkins Hosp Bull 1907; 18: 382-391) . In 1949 Black-Schaffer discovered that patients with Whipple's disease exhibited the phenomenon of deep-red discoloration of granular inclusions in intestinal macrophages during PAS coloration, a method still in use for histological examination. Using electron microscopes, Yardley et al. discovered in 1961 a bacterium in the small intestines of patients that was intra-and extracellularly verifiable. In 1992 the molecular biological characterization of the organism and its genetic assignment to the category of actinomycetes was provided the currently used name Tropheryma whipplei (Relman DA et al. N Engl J Med 1992; 327: 293-301 ).
The bacterium is ubiquitous; however, Whipple's disease occurs rarely and mainly afflicts men in middle-age. A defect of cellular immunity in pathogenesis is presumed which to date has not been fully elucidated.
Case Report ▼
A 68-year-old patient was taken into the hospital due to muscular weakness and joint pain as well as weight loss of 10 kg within a year. During intake, the cachectic patient (BMI 19.3 kg / m 2 ) with exertional dyspnea could walk only using a wheeled walker; the musculature of all extremities was atrophied, and bilateral lower leg edema was present.
Routine sonography indicated hypertrophied, highly echoic loops of the small intestine; hypertrophy of the intestinal wall particularly affecting the submucosa; ascites were found interenterically (q Fig. 1 ). In the highly-echoic hypertrophied mesentery, lymph nodes up to 2 cm in size could be verified using the high-resolution linear probe; these were moderately echogenic and exhibited small anechoic portions (q Fig. 2 ). Esophagogastroduodenoscopy revealed pale mucosae of the stomach and duo-
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denum membrane during the otherwise unremarkable findings. The histological evaluation of the biopsies from the lower duodenum demonstrated medium-length blunted villi; those subjected to PAS coloration evidenced masses of SPC (sickleformparticle containing) cells in the stroma of mucosa and the assessed submucosa. Whipple's disease was diagnosed (q Fig. 3) . Initially, intravenous antibiotic therapy with Ceftriaxon and streptomycin was administered for a period of two weeks; the general condition of the patient improved significantly and he gained 2 kg in weight. Subsequent antibiotic therapy was continued orally using Cotrimoxazol. Within 10 months, the patient resumed his normal weight; now he can walk unimpeded and lead a normal life. Sonographic changes of the intestine, the mesentery as well as mesenteric lymph nodes receded.
Discussion ▼
In the case of rare disorders such as Whipple's disease, studies are lacking that could systematically investigate the sonographic criteria of this intestinal disease. In 2005 a study of the "white bowel" phenomenon was published (Hollerweger A et al. Ultraschall in Med 2005; 26: 127-133) in which the authors formulate this concept for hyperechoic changes in the small intestine. 10 patients exhibiting the white bowel phenomenon occurring in conjunction with various diseases were included in a bicentric study. The common element of these diseases was lymphatic accumulation of the bowel. With respect to this publication, hyperechoic thickening of the small intestinal wall, in particular of the submucosa as described in our case report (q Fig. 1) , cannot be pathognomonically considered Whipple's disease. It appears to be only an indication of lymphatic accumulation, such as can be observed in cases of AIDS, celiac disease, T-cell lymphoma, Crohn's disease with small intestinal carcinoma and other diseases. In the study cited, 2 of the 10 patients had Whipple's disease. Of the 10 patients, 2 had no evident lymphadenopathy, 6 had hypoechoic lymphadenopathy and only 2 had sonographically complex lymphadenopathy. on of echogenic lymph nodes in patients with Whipple's disease. Due to the limited number of cases, the constellation of findings of echogenic mesenterial lymph nodes occurring with a white bowel phenomenon cannot yet be considered symptomatic of Whipple's disease.
In the case history we have already described non-echoic areals within an echogenic lymph node in the case of a patient with Whipple's disease (q Fig. 2, arrows) . Lymph nodes with a cystic appearance in the gray-scale image were described in 1986 in the mesentery of a patient with sprue (Holmes GKT. Gut 1986; 26: 728-733) . Further, prior to starting therapy on a patient with mantle cell lymphoma, abdominal lymph nodes with cystic transformation could be sonographically established (Hollerweger A et al. Ultraschall in Med 2008; 29: 308-310) . In our view, the question still remains open whether a common pathomechanism underlies these malignant and benign disorders sonographically exhibiting lymph nodes with a cystic appearance.
Thus ultrasound technology might contribute to an elucidation of the pathogenesis of Whipple's disease. The impressive improvement of our patient's general well-being makes this a very worthy goal.
General Statements
▶ If, during an ultrasound examination, hyperechoic thickening of the small intestine wall, and in particular hyperechoic mesenterial lymph nodes are observed, then Whipple's disease should be considered. ▶ Sufficient biopsies from the lower duodenum must be taken, even in the case of macroscopically unremarkable esophagogastroduodenoscopy, in order to ascertain Whipple's disease. ▶ Without adequate antibiotic therapy, Whipple's disease results in morbidity. Dieses Dokument wurde zum persönlichen Gebrauch heruntergeladen. Vervielfältigung nur mit Zustimmung des Verlages.
